Idiopathic hypoparathyroidism is a clinical condition in which no causative mechanism of hypoparathyroidism can be defined. The onset of this very rare condition occurs after the few years of life.
CASE REPORT
This paper reports a 13 year old girl (Z.K.), who presented with convulsions at our Pediatric Emergency Room. Her serum calcium levels were 4.9 mg/dl. She was hospitalised to search for the etiology of hypocalcemia.
She had no specific family and personal medical history. She had not had any surgical interventions and her physical examination revealed the following characteristics: deep tendon reflexes were increased, there were carpopeal spasm, positive Trousseau sign and Chvostek sign. Dysmorphic characteristics were not detected. Growth and developmental examination were normal. Sexual maturity index of Tanner stages was detected as stage III. There were no signs of mucocutaneous candidiasis.
LABORATORY FINDINGS
Biochemical evaluation determined the following values: Total serum calcium: 4.9 mg/dl, phosphorus: 10.4 mg/dl, magnesium: 1.88 mg/dl, arterial blood pH: 7.48. The level of intact PTH was 7.5 pg/ml (normal value 9-55). Other electrolytes and liver, kidney function tests were in normal values. CRP: 1.2 mg/1. Erythrocytes sedimentation rate was 6 mm/one hour. No infectious focus was detected by cultures. Urine analysis was normal and calcium/creatinine ratio in the urine was measured as 0.056. Urinary calcium and phosphorus excretion were normal, l.lmg/kg/day and 545mg/day respectively. Calcium clearance to creatinine clearance ratio was <0.01 showing inappropriately low urinary calcium excretion. Serum complement levels and immunoglobulins were normal.
T3(triiodothreonin): 1.29ng/ml(0.846-2.02), T4 (tetraiodothreonin): 7.8 ug/dl (5.13-14.06) and TSH: 2.47 uIU/ml (0.270-4.20), all within the normal range for her age group. Antithyroid antibody and antinuclear antibody were negative. Estrodiol, progesterone, FSH, LH, HCG, prolactin, and testosterone levels were also within the normal range for her age group reflecting the values of pubertal period. Basal Cortisol level was normal and antiadrenal antibody was negative.
Thyroid, abdominal and urinary system ultrasonographic examinations revealed normal findings and on cranial CT scan intracranial calcifications, basal ganglia calcifications were not detected. Her bone age was consistent with her chronological age.
Ophthalmologic examination was normal. ENT examination detected bilateral tubal dysfunction and there was a conduction type hearing loss of 28db on the right ear and of 22db on the left ear.
ECG was normal and cardiac evaluation with echocardiography revealed normal anatomy of the heart and great vessels.
The patient was treated with calcium gluconate (18 mg/kg) initially and then oral calcium lactate (80 mg elemental calcium) and calcitriol (1 microgram/day) was given. After 3 weeks of this treatment, serum calcium concentration was 8.1 mg/dl, and phosphorus concentration was 6.6 mg/dl. The patient has been discharged from the hospital and has started to attend periodic controls in our department.
DISCUSSION
The patient has been accepted as a case of "idiopathic hypoparathyroidism" with these symptoms, signs and laboratory findings. The term, "idiopathic hypoparathyroidism" should be reserved for the children with hypoparathyroidism for whom no causative mechanism can be defined.
Most children in whom the onset of hypoparathyroidism occurs after the first few years of life have an autoimmune condition. Autoimmune hypoparathyroidism is frequently associated with other autoimmune disorders or organ specific antibodies, and is often associated with Addison's disease and chronic mucocutaneous candidiasis.
The first description of the association between hypoparathyroidism and candidiasis was published in 1929, and the association of these two diseases with idiopathic adrenal insufficiency was reported in 1946 (1) . When at least two of these three conditions are present in an individual, it has been classified as "autoimmune polyglandular disease, type 1(APS 1)" (1, 2) . This may occur sporadically or among siblings. It is inherited in an autosomal recessive fashion. The disorder is prevalent among Finns and Iranian Jews. The gene for this disorder is designated AIRE (autoimmune regulatory), and is located on the chromosome 21q22. The gene for APS 1 has been recently cloned and the mutation R257X was shown to be responsible for 82% of Finnish APS 1 alleles (1).
Autoimmune variety of associated disorders include other endocrinopathies (hypergonadotropic hypogonadism, insulin dependent diabetes mellitus, autoimmune thyroid diseases, and pituitary defects), VOL. 12, NO. 4, 2000 chronic active hepatitis, autoimmune skin diseases (vitiligo and alopecia), ectodermal dystrophy, keratoconjunctivitis, cellular and humoral immunological defects, asplenia and cholelithiasis (1, 2) . None of these were detected. Her endocrine profile showed us a pubertal period and menarche was detected at 13 years and 6 months, similar to her mother and one of her elder sisters.
Candidiasis almost always precedes the other disorders (70% of cases occur in children younger than 5 years of age); followed by hypoparathyroidism (usually before the age of 10 years), and later by Addison's disease (usually before 15 years of age). It has been reported that the earlier the first component appears, the more likely it is that multiple components will develop. Conversly, patients who have shown the manifestations of the disease later are likely to have fewer components (1, 2) .
Our patient had demonstrated her first symptom at the age of 13 years. It is called "idiopathic hypoparathyroidism", because no other clinical components and laboratory findings were present. Chromosome analysis is still being carried out. Although one component is present, it is wise to follow up closely for autoimmune complications, rather than initially label it idiopathic hypoparathyroidism. Autoantibodies to the extracellular domain of the calcium sensing receptor have been identified in some patients with acquired hypoparathyroidism (1,3) . One should always consider incomplete forms of DiGeorge syndrome or an activating calcium sensing receptor mutation in the differential diagnosis.
Partial DiGeorge syndrome with a rearrangement of chromosome 10p, shows itself as fascial dysmorphism, hypoparathyroidism, renal agenesis, and mental retardation (4). Dysmorphic characteristics were not detected, neither renal agenesis. Mental retardation was not detected either, since she had good school performance. Activating mutations of the extracellular domain of calcium (Ca2+ e) -sensing receptor (CaR) gene can cause both familial and sporadic hypoparathyroidism (5). Although our patient's parents were not related and no other affected persons were found in the family, hypoparathyroidism caused by a gain of function mutation in the fifth transmembrane domain of the CaR, related to gene map locus 3ql3, is still under consideration.
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Dietary fibre intake and constipation in children with severe developmental disabilities
Objective: Constipation is a common problem in children with severe developmental disabilities (DD). This study aimed to evaluate fibre intake of severe DD children living in a residential institution, and the possibility of reducing the use of laxatives by increasing their fibre intake.
Methodology: A baseline study was performed to evaluate the fibre and macronutrient intake in a group of severe DD children. Nutrients including fibre for a standard serving in each meal were calculated and daily macronutrients and fibre intake were estimated. An intervention study was then carried out to evaluate whether increasing fibre intake could relieve constipation. A total of 20 children aged between 3 and 17 years were assessed over a 4-month period. In a residential unit for constipation severe DD children, laxatives were routinely dietary prescribed if there was no spontaneous bowel motion fibre for two consecutive days. Fibre intake was increased disabled in stages by adding All-Bran® (Kellogg Company, Battle Creek, MI, USA) and desserts. The mean number of laxative usages per week per child in the different stages were then compared.
Results: The baseline fibre intake was found to be approximately 2 g/day. The mean number of laxatives required per week per child decreased significantly from a baseline value of 1.22 (about 5 laxatives/month) (standard deviation (SD) = 0.36)) to 0.90 (about 3.5 laxatives/month) (SD = 0.75) in the first stage, and 0.71 (about 3 laxatives/month) (SD = 0.40) in the second stage. Using paired ttest, the difference was statistically significant when compared with the baseline: Ρ < 0.05 for the first, and Ρ < 0.01 for the second stage of fibre supplementation.
Conclusion: Very low daily intake of fibre of 2 g/day was documented. Relief of constipation and a significant reduction in the usage of laxatives was demonstrated by increasing fibre intake to 17 g/day (stage 1). Increasing fibre intake further to 21 g/day (stage 2), showed a further reduction in the use of laxatives. There was, however, no statistical significance between stage 1 and stage 2 of fibre supplementation. Alternative ways to further relieve constipation in severe DD children require further studies.
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